THREE of the patients in these four cases of cerebro-macular degeneration are members of one family, and as we have had them under observation for some time, it is of those that I especially wish to speak. The affected members of the family consist of a boy, aged 8, a girl, aged 10, and the eldest boy, aged 11. In all three, the changes began to be manifested at secondary dentition. The whole three have been under observation for some considerable time, the youngest boy having had nothing wrong with him when we first had him under observation. The first sign of any change in his case was last July. Up to that time, his macula and retina generally were quite normal. Then he had a fit, and soon after this we observed the first changes in his macular region, so that we can say that in this boy we have seen the earliest change that can be detected in cerebro-macular degeneration, a small white area at the macula, with a reddish ring round it. So slight is the change that, if he had not been under observation, we might have regarded it as a normal, glancing fovea, of the bull's-eye lamp reflex character. The change is a little more marked in the left eye than in the right.
marked now. He has no control of his movements in walking and cannot stand up. He is completely incontinent. The girl shows the intermediate stage, with marked spasticity and jactitation. All the deep reflexes are exaggerated.
Clinically, this condition, commencing usually about 6 to 9 years of age, is closely allied to Tay's amaurotic family idiocy. In amaurotic family idiocy, the disease most characteristically affects Jewish children. It commences in infancy, and proceeds rapidly to complete cerebral degeneration, with macular degeneration, and the children usually die before reaching the age of 2 years. It has been met with at least in one case in a child of purely Gentile parentage, reported by Dr. Harris, about the year 1910. In amaurotic family idiocy the whole progress of the disease is very much more rapid than it is in these cerebro-macular cases beginning in later childhood.
There is a third type of case, which I am inclined to associate with the other two, commencing usually about puberty. In this, the macular and retinal changes are almost exactly like those found in the cerebro-macular degeneration type, but the cerebral symptoms are only very slightly marked. I have recently had under observation two or three cases of this kind. The children in whom it occurs are usually intellectually backward, i.e., many of them at the age of 13 or 14, when the blindness commences, have only reached the first standard at school. In some of them, however, there does not seem to be any intellectual deficiency at all, but, with the progress of the retinal degeneration, some signs of cerebral irritation develop. Of one boy, in whom the macular condition was very marked, his parents remarked that he had changed in temperament, had become very moody and irritable, and was liable to explosions of violent temper.
Clinically, therefore, I should say that there are three definite types, one commencing in infancy, very rapid in its progress, with equally rapidly developing degenerative changes in the retina, cerebrum and cerebellum, and central nervous system generally. The second type, the Batten type, develops more slowly after secondary dentition, with a clinical history often extending over seven or eight years, but the final stages show the same complete degeneration of the central nervous system and in the retina as in the infantile type. Then there is the third type, not so definitely allied to the other two, in which the cerebral symptoms are very slightly marked and the retinal changes are similar to those found in the other two types.
The pathological changes found in the cells of the central nervous system seem to consist in lipoid infiltration mainly affecting the vegetative portion, as distinct from the neuro-fibrillar portion of the larger cells. The Nissl granules become crowded into the one portion of the cell as the lipoid material develops, and the neuro-fibrils are pushed to the sides.
Dr. GORDON HOLMES demonstrated the Pathological Changes in Cerebromacular Degeneration by means of the epidiascope.
Case of Spleno-medullary Leukamia (with Blood Films).
By LESLIE PATON, M.S. THIS is a characteristic case of the disease, but one can never rely on the retinal picture being the same from week to week. When I first saw this patient, the veins were not so widely dilated as they are now, but there was
